Introduction
Nevus comedonicus (NC) is a hamartoma of pilosebaceous units. It often appears as wide keratin filled invaginations of the epidermis. Many have noted its resemblance to open or closed comedones, which has given rise to the moniker NC. NC is considered in the family of epidermal nevi because it contains hamartomatous epidermal and adnexal elements. NC occurs less frequently than other epidermal nevi, accounting for less than 2% of epidermal nevi in one study (Rogers 1992) . NC is usually found on the face and trunk but has been reported in other locations (Lefkowitz et al. 1999) . Although, NC usually presents as an isolated clinical finding, it has been reported in association with extra-cutaneous anomalies (the nevus comedonicus syndrome). There have been recent advances in the understanding of the genetic basis of NC, which has served to clarify the relationship between NC and the associated extra-cutaneous manifestations. There are many reports of treatment approaches to NC but no controlled clinical trials have been performed to this point. This chapter discusses various facets of NC, including historical background and epidemiology, cutaneous and extracutaneous features, histopathology, genetic basis, pathogenesis, and management.
Historical perspective and terminology
Kofmann, in 1895, first described nevus comedonicus (Kofmann 1895).There were two additional European reports the following year (Selhorst 1896, Thibierge 1896). White objected to the label "comedone" arguing that there are not true comedones in NC and preferred the label "nevus follicularis keratosus" (White 1914). Other historical terms for NC are comedone nevus, acne nevus, nevus acneiformis unilateralis, and nevus zoniforme. Rogers reviewed 233 cases of epidermal nevi and classified them according to their predominant component. Four out of 233 or 1.7% were follicular nevi felt to represent NC (Rogers 1992).
Overview of clinical manifestations
NC appears clinically as collections of dilated follicular openings often containing keratin plugs. NC usually follows linear patterns known as "the lines of Blaschko", which as discussed elsewhere in this section, refer to the S-shaped or V-shaped whorled, streaked, and linear patterns that are recognized in many different cutaneous disorders. The involved hamartomatous follicular openings many be pinhead sized to large and dilated. NC is present at birth but becomes visible in infancy (Fig. 1) . It is less common for NC to manifest during adolescence. It may manifest as a small isolated "nevus" (Fig. 2) , or as extensive lesions (Fig. 3) . NC often occurs on the face and trunk. There have been reports of NC occurring in other locations. Ghaninezhad reported a case of NC on the scalp (Ghaninezhad et al. 2006) . Harper has reported a case of NC of the wrist and palm and reviewed five other similar cases (Harper and Spielvogel 1985) . Some cases of NC on the palm or wrist may in fact be of eccrine origin and more appropriately labeled porokeratotic eccrine nevus (see below). NC is most often unilateral although bilateral cases have been reported (Wakahara et al. 2003) . NC may be complicated by hypertrophy of follicular units with extensive plugging (Fig. 4a, b) , super-These latter cases are much more likely to be complicated by inflammation and scarring. Vasiloudes reviewed five cases of inflammatory NC in children and described the associated prominent and persistent inflammatory changes. These were resistant to treatment and required surgical removal in two children (Vasiloudes et al. 1998) . Köse et al. (2008) reported co-occurrence of three different epidermal naevi including sebaceous nevus, nevus comedonicus and Becker's nevus. infection with bacteria, and scarring (Cestari et al. 1991) . NC may also be complicated by chronic inflammation, presumably by similar mechanisms as those leading to inflammation in acne vulgaris. If one looks carefully at the clinical features of NC, it becomes clear that this group is likely more heterogeneous than previously thought (compare Figs. 1-5) . As mentioned earlier, the phenotype of NC ranges from widened follicular invaginations to large closed comedones filled with follicular debris. 
